**TO THE EDITOR:** The concept of mucosa-associated lymphoid tissue (MALT) lymphoma was first proposed by Isaacson and Wright in 1983 and is now recognized as a distinct clinical-pathologic disease entity \[[@B1]\]. Between 60% and 70% of patients with MALT lymphomas present with localized (stage I or II) disease involving a non-lymphatic organ. MALT lymphoma arising from the salivary glands is rare; data in the literature are scarce, limited to small series and isolated case reports. Therefore, the characteristics and clinical outcome of this unusual presentation are largely unknown. Extranodal marginal zone lymphoma has a slight female preponderance and usually presents at a localized stage with a low incidence of widespread dissemination, thus requiring local treatment, such as radiation therapy (RT), rather than systemic therapy \[[@B2]\]. In the present case report, we describe a case of MALT lymphoma involving both salivary glands presenting with Sjögren\'s syndrome and renal tubular acidosis.

A 42-year-old woman diagnosed with renal tubular acidosis type II, secondary to Fanconi\'s syndrome, presented with swelling in the left cheek that was not tender but was progressively increasing in size ([Fig. 1](#F1){ref-type="fig"}). Physical examination revealed palpable bilateral swelling in the region of the angle of the mandible measuring 5×5 cm on the left side and 3×3 cm on the right side. The swelling was firm and fixed to the underlying structures. There were no palpable cervical lymph nodes or any other swelling. Ultrasonography revealed a bulky heterogeneous lesion in the left parotid gland measuring approximately 10 mL, suggesting parotitis or a parotid gland abscess. She was given a course of antibiotics for a week but the swelling did not resolve after the treatment. Fine needle aspiration cytology (FNAC) of the swelling showed numerous small-sized lymphoid cells in varying stages of maturation along with histiocytes, indicating a parotid lymph node.

Contrast enhanced magnetic resonance imaging (MRI) of the face and neck revealed complete replacement of the entire left parotid parenchyma by a large, solid lesion involving both the superficial and deep lobes measuring 5.8×4.2×4.0 cm ([Fig. 2](#F2){ref-type="fig"}). A similar lesion was visualized in the right parotid gland measuring 3×2×2 cm with enlarged cervical lymph nodes, which suggested the diagnosis of lymphoma or Warthin\'s tumor.

A trucut biopsy of the left parotid gland swelling was performed, which revealed a moderate amount of sheets of monotonous lymphoid cells with round irregular nuclei, coarsely clumped chromatin and inconspicuous nuclei with eosinophilic cytoplasm with occasional mitotic figures, resembling monocytoid B cells. Immunohistochemically, the cells were positive for CD20 and Bcl-2, weakly positive for Bcl-6 with a Ki-67 proliferative index of 35%, suggestive of MALT lymphoma ([Fig. 3](#F3){ref-type="fig"}).

There was no evidence of lymphadenopathy, extra-nodal spread or bone marrow involvement (stage IE). The serology test for hepatitis B virus & hepatitis C virus (HCV), were negative, and did not have past history suggestive of any autoimmune disorder.

In consideration of the limited stage disease, she was scheduled for localized radiation therapy with three-dimensional conformal radiation therapy. She received a total dose of 36 Gy in 12 fractions over 16 days to the right and left parotid area by utilizing paired tangential fields. She achieved a complete clinical and radiological response. She is being followed-up monthly and has been disease-free for 32 months.

Primary lymphomas of the salivary glands are rare and account for 4.7% of all lymphomas \[[@B3]\]. A non-Hodgkin lymphoma of the salivary gland may appear as a painless, but progressively enlarging mass \[[@B4]\]. Therefore, it is rarely suspected, leading to a delay in diagnosis.

The native absence of MALT within the salivary glands necessitates the development of acquired MALT from underlying lymphoid stimulation and infiltration before MALT lymphoma can develop \[[@B5]\]. Low-grade MALTomas of the parotid gland usually arise in the setting of a benign lymphoepithelial lesion (BLL) \[[@B6]\]. The transformation from BLL to MALToma is believed to be a multi-step process. The initial event in this process may be a long-term stimulation of activating B cells by an inflammatory stimulus \[[@B7]\].

Rosenstiel et al. \[[@B8]\] found that patients with Sjögren\'s syndrome have a 44-fold increased risk of developing non-Hodgkin lymphoma, and 80% of these lymphomas are of the MALT-type. Our patient had also presented with clinical evidence of Sjögren\'s syndrome. The MALT lymphoma often affects middle-aged adults, with a median age of 50 years, and the parotid gland is by far the most commonly involved site, sometimes bilaterally. Patients typically present with a painless mass. Anacak et al. \[[@B9]\] reported salivary gland MALToma to be a disease primarily affecting women; in their study, the ratio of women to men was 3:1. An association between HCV infection and B-cell lymphomas has previously been reported, especially in countries in which the prevalence of HCV is relatively high \[[@B10]\].

FNAC of this type of lesion is usually inconclusive, often delaying diagnosis. Biopsy and IHC can confirm the diagnosis with absolute certainty \[[@B11]\]. Contrast enhanced computed tomography (CT) imaging studies of the chest, abdomen and pelvis are essential to stage the disease accurately \[[@B12]\]. Currently, there is a controversy in the reported literature regarding the accuracy of positron-emission tomography-CT scanning of MALTomas.

Radical parotidectomy is not indicated because of the associated morbidity, and because RT alone can secure local control and allow tissue preservation. Low dose RT (30 Gy) is extremely efficacious for local control of the disease, with local control rates ranging from 97% to 100%; 5-year progression free survival and overall survival are approximately 76% and 91%, respectively \[[@B13]\].

Regional and distant relapses are not common in gastric MALT lymphomas, but extragastric MALTomas tend to be more aggressive and may recur in the regional or distant lymph nodes and in other organs \[[@B14][@B15]\]. According to Wenzel et al., patients with MALToma of the head and neck are at a relatively high risk for early dissemination and subsequent distant recurrence when only local therapies are applied. In the current case, there was no lymph node or other organ involvement.

Due to the high local control rate and low morbidity, together with the indolent biology of the disease, we conclude that moderate-dose RT (25 to 30 Gy) is a safe and effectivetreatment option for stage I and II MALTomas in the parotid gland.
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![**(A)** Left parotid swelling measuring 5.8×4.2×4 cm at initial diagnosis. **(B)** Complete clinical response after radiotherapy.](br-50-262-g001){#F1}

![Contrast enhanced T1- weighted axial and coronal magnetic resonance imaging showing a 5.8×4.2×4 cm lesion replacing the left parotid gland and a 3×2×2 cm lesion in the right parotid gland **(A, C)**. T2-weighted axial and coronal images showing homogenously hyperintense lesions in both parotid glands **(B, D)**.](br-50-262-g002){#F2}

![**(A)** Expanded pale looking marginal zone (arrows) surrounding a lymphoid follicle (LF), H&E ×100. **(B)** Marginal zone cells with round to slightly irregular nuclei and moderate amount of pale cytoplasm, H&E ×400. **(C)** to **(F)** Immunohistochemistry showing a CD20+, CD10-, CD23- and CD5-neoplastic lymphoid cells. DAB chromogen ×400.](br-50-262-g003){#F3}
